It appears that Barrett' was the first to suggest that mediastinal and retroperitoneal fibrosis, Riedel's thyroiditis, and pseudotumour of the orbit were linked by similar pathological features. He gave credit to Tubbs, 2 who had earlier described a patient with obstruction of the superior vena cava by mediastinal fibrosis and obstruction of the inferior vena cava by fibrosis of the para-aortic tissues. Tubbs thus recognised the features of retroperitoneal fibrosis 2 years before the condition was formally described by Ormond. Six months later he complained of gradual painless visual loss in the right eye. The reduction of vision increased during the succeeding weeks, and he was subsequently admitted to the National Hospital, Queen Square. By this time he had developed generalised headache, which was sometimes more marked on waking. There were no sensory or motor symptoms and no speech disturbance.
On examination there was bilateral gynacomastia, more marked on the right. Some abdominal fullness was noted adjacent to the recent scar. Ophthalmic examination revealed corrected visual acuities to be right counting fingers and left 6/6. The pupils were equal, with a marked right afferent defect. Eye movements were normal and there was no proptosis. Comeal sensation was normal. Anterior chambers were quiet. Visual field examination by the Goldmann perimeter showed a large centrocaecal scotoma on the right but no abnormality on the left (Fig. 1) . The left fundus appeared normal. There was some swelling of the right optic disc and extensive serous detachment of the retina at the posterior pole. Retinal folds were seen running horizontally from the temporal margin of the disc (Fig. 2) . The pigment epithelium deep to the detached retina was generally atrophic (Fig. 3 ) and in some areas elevated.
Fluorescein angiography of the right eye showed a transmission defect in the area of pigment epithelial change during the arterial and early arteriovenous folds are seen running from the temporal margin of the There is serous detachment ofthe retina in thefield of this disc.
photograph. The pigment epithelium has undergone extensive atrophy. phases (Fig. 4) . Later in the run hyperfluorescence occurred as fluorescein reached the subretinal space (Fig. 5 ). In the late phase the right disc showed hyperfluorescence which was not present on the left (Figs. 6 and 7 respectively). A number of radiological investigations were performed. Chest x-ray was normal. Skull x-ray showed abnormal calcification within the pituitary fossa which was neither eroded nor enlarged (Fig. 8) .
A CT scan showed a calcified mass arising from the pituitary fossa but not encroaching on the third piecemeal. A projectiQn.to the right below the optic nerve was removed without apparent damage to the nerve or adjacent anterior cerebral artery. On pathological examination the intracranial lesion was found to be firm and calcified. Most of it consisted of collagen which was very dense in some areas and infiltrated with large foamy cells in others (Fig. 9) changes Wegener's granulomatosis may also be excluded. The possibility that the lesion represented a manifestation of histiocytosis X was also discussed but thought unlikely. Ultimately, it can only be concluded that the tissue came from a chronic inflammatory lesion of unknown cause. It is of great interest that the intracranial lesion shared many features with the retroperitoneal biopsy specimens and also conformed with Mitchinson's description of the histological features of retroperitoneal fibrosis. 9
The intrasellar mass with superior extension does not explain all the ophthalmic signs. Certainly there was compression of the right optic nerve, confirmed at craniotomy, which might have been sufficient to explain the visual loss and afferent pupillary defect. The visual loss is equally well explained by the changes at the right posterior pole, though the cause of the nonrhegmatogenous retinal detachment is not immediately obvious. The possibility of an orbital pseudotumour associated with retroperitoneal fibrosis warrants consideration, though must be regarded as most unlikely without proptosis or loss of eye movements.
The visual loss postoperatively occurred despite the usual extreme caution in manipulation of the optic nerves and chiasm during surgery. It is probable that only minimal damage was required to extinguish function in the compromised right nerve.
We have located only one other report of visual disturbance associated with an intrasellar lesion in a patient with multifocal fibrosclerosis. Hissong and Freimanis" reported a 16-year-old male who presented with a short history of blurred vision and headaches. On examination he had a bitemporal field defect. Skull x-ray showed an enlarged sella but no abnormal calcification. At surgery the mass was seen to extend upwards and backwards from the fossa. Histological examination suggested that the lesion was a meningioma, though the authors point out that the absence of the characteristic tumour circulation on carotid angiography weighed against this. The patient died 16 months later, when post-mortem examination revealed retroperitoneal and pericardial fibrosis. Many other organs showed fibrotic changes.
As yet there is no firm evidence regarding the cause of multifocal fibrosclerosis. Comings et al. 4 suggested a genetic factor in the brothers they reported, and more recently an association of retroperitoneal fibrosis and HLA B27 has been reported.2"24 The relationship of methysergide to retroperitoneal fibrosis is well documented.2"27 Koep and Zuidema28 reported associated malignancy in 7 9% of 481 cases of retroperitoneal fibrosis. The failure to identify a cause in the majority of cases makes specific systemic treatment impossible.
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